Introduction
Retroperitoneal fibrosis (RPF) is a rare inflammatory process associated with the development of extensive fibrosis around the abdominal aorta and surrounding retroperitoneal structures. The symptoms of RPF are often insidious and non-specific resulting in diagnostic delay with ensuing complications related to the progressive fibrotic deposition. A common complication of RPF is ureteric obstruction leading to hydronephrosis and varying degrees of renal impairment. 1, 2 However, spontaneous renal forniceal rupture due to RPF is exceedingly rare and to our knowledge has not been previously described. An unusual case of RPF causing left ureteric obstruction with spontaneous left renal forniceal rupture and its management is discussed in light of the current literature.
Case report
A 51 year-old lady presented with a four-month history of intermittent left flank pain with a subsequent history of suddenonset worsening central abdominal pain lasting for one week. Her past medical history and drug history were unremarkable. Physical examination was normal, except for a pyrexia of 38 C. Urinalysis was normal although her blood results revealed raised inflammatory markers and renal impairment (eGFR 74 / 42); hence she was commenced on broad-spectrum IV antibiotics.
Due to the non-specific nature of her symptoms an abdominal computed tomography (CT) scan was organised which revealed extensive retroperitoneal para-aortic infiltration of soft tissue with left ureteric obstruction and renal forniceal rupture resulting in an urinoma ( Fig. 1) .
She subsequently underwent an emergency cystoscopy and left retrograde ureteric stent insertion resulting in an improvement of her pain and renal function. The nature of this soft tissue was further investigated via haematological and histological means. Tumour (CA 19-9, CA-125 and alpha-fetoprotein) and immunological (IgA, IgM and IgG 1e4) markers were all normal. CT biopsy was inconclusive, revealing a core of fibrous connective tissue with prominent plasma cells, however no distinct pathognomonic features of RPF. Despite a normal immunological blood profile and an inconclusive biopsy, the radiological findings pointed to a diagnosis of benign idiopathic RPF.
Dual therapy with prednisolone and methotrexate were commenced. A follow-up CT scan and dimercaptosuccinic acid (DMSA) scan performed 2 and 6 months post initial presentation respectively, showed significant resolution of the periaortic and retroperitoneal fibrotic infiltration, good residual left kidney function with no evidence of scarring (Fig. 2) .
Discussion
RPF, also known as chronic periaortitis, is an uncommon condition with an incidence of 1.38 cases per 100,000 people, 2 with men affected twice as commonly as women with a mean age of diagnosis between 50 and 60 years. 1, 3 Though malignancy, surgery, infections, radiotherapy and drugs such as b-blockers, are known secondary causes, the primary cause of RPF is idiopathic. 1 Recent reports suggest approximately half of all cases of idiopathic RPF can be included in the spectrum of immunoglobulin G4-related disease (IgG4-RD). 3 One study showed IgG4-related RPF had a significantly higher recurrence rate compared to IgG4-unrelated RPF thus the need to distinguish between the two. 4 The diagnosis of RPF can be challenging. The symptoms of RPF are often insidious, with patients presenting with abdominal pain and constitutional symptoms such as fatigue and weight loss. These non-specific symptoms often lead to diagnostic delay resulting in complications related to the progressive fibrotic deposition. This includes ureteric obstruction, the commonest complication, which occurs in 47e100% of patients, causing hydronephrosis, which is bilateral in over 50% of cases.
1,2 Rarely, does renal forniceal rupture occur due to ureteric obstruction from idiopathic RPF and to our knowledge we are the first to describe this. Gershman et al. 5 who on review of 108 cases found that renal forniceal rupture was most commonly caused by ureteric obstruction by ureteric calculi (80 cases; 74%), malignancy extrinsic ureteric compression (9 cases; 8%) and rarely by benign compression (two cases -gravid uterus and pelvic abscess; 2%). However, they did not describe RPF as a possible benign cause of renal forniceal rupture. Other late complications of RPF include bowel obstruction and spinal cord compression. Ureteric obstruction is managed conservatively where possible. However, temporary ureteric stenting or insertion of percutaneous nephrostomies while treating the cause systemically is generally successful.
In our case, we were able to achieve a good outcome despite a left renal forniceal rupture secondary to ureteric compression from RPF, with left ureteric stenting and dual therapy with prednisolone and methotrexate. Significant fibrotic resolution was noted with 2 months of medical therapy. However, due to the risk of recurrence, she will need a long follow-up period.
Conclusion
RPF is rare occurrence and this report depicts an unusual and interesting case of the management of a left renal forniceal rupture secondary to ureteric compression from RPF with a favourable outcome.
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